The term Charcot-Marie-Tooth disease describes those inherited, chronic, progressive, mixed but predominantly motor, peripheral neuropathies which produce initial distal leg muscle weakness and wasting with foot deformity (often pes cavus), followed by proximal leg, hand and forearm muscle involvement. Together the several types, which are inherited by various Mendelian mechanisms, are probably the commonest of the many hereditary neuromuscular diseases presenting as the Peroneal Muscular Atrophy Syndrome.
In their original description Charcot and Marie' commented that vasomotor abnormalities were seen, and stated that in all five patients they described "the feet and legs presented a bluish or reddish coloration with widespread mottling". The possibility that such changes indicate abnormal vascular reflexes due to an autonomic component of the Charcot-Marie-Tooth neuropathy has been the subject of this study. Haematoxylin and eosin X 400.
Two types of Charcot-Marie-Tooth disease inherited as an autosomal dominant trait have been described. In one type6 the peripheral neuro,pathy has a demyelinating or hypertrophic pathology, and maximum motor nerve conduction velocity is much delayed. Cases 1 to 9 correspond to this type, and five had evidence of abnormal vascular reflexes and vasomotor changes in their legs. Cases 10 to 13 were in the second type described7, where the peripheral neuropathy has a neuronal pathology and maximum motor nerve conduction is normal or little delayed. In the present study none of these cases had abnormal vascular reflexes.
Case The abnormal vascular reflexes demonstrated in the present study may be explained by loss of postganglionic sympathetic fibres in addition to disease of the peripheral motor and sensory fibres in Charcot-Marie-Tooth disease. The additional finding of histological abnormality of the myenteric plexus in one case, and the observations of others, suggest that autonomic neuropathy may be widespread.
